Behcet's disease (BD) is a chronic, relapsing autoimmune disorder characterized by oral and genital ulcerations with uveitis, and additional clinical manifestations in multiple organ systems. The occurrence of vascular involvement in BD is reported to be in the range of 5-30%.
Clinical Challenge
Behcet's disease (BD) is a chronic, relapsing autoimmune disorder characterized by oral and genital ulcerations with uveitis, and additional clinical manifestations in multiple organ systems. The occurrence of vascular involvement in BD is reported to be in the range of 5-30%. [1] Vascular BD (VBD) is divided into three subtypes, characterized by venous occlusions, arterial occlusions, or arterial aneurysms. Optimal treatments for VBD, especially for aneurysms or pseudoaneurysms, remain controversial. Lack of experience with VBD due to its rarity often makes treatment decisions difficult, despite the life-threatening potential of arterial aneurysms and pseudoaneurysms. [2] In this manuscript, we reported opposite outcomes for two BD cases with aorta aneurysm and pseudoaneurysm to cast light on difficulties related to therapeutic decision-making and symptom management in this condition.
A 74-year-old man was diagnosed with BD 9 years ago at age of 65 years. Five years ago, the patient complained of abdominal pain, and computed tomography indicated the presence of an abdominal aortic aneurysm. Based on these observations, the patient underwent successful stent implantation for the repair of the abdominal aorta [ Figure 1a and 1b] at Qilu Hospital, Shandong province. Glucocorticoid and disease-modifying antirheumatic drugs (DEMARDs) were prescribed to control BD symptoms, and warfarin was prescribed to prevent postsurgery thrombosis. Symptoms of the disease were satisfactorily controlled during the following 5 years. Recently, the patient was admitted to our department due to the complaints of blurred vision, thought to be related to BD. Ophthalmology consultation revealed the presence of cataracts. Moderate changes in liver, kidney, and lipid serum levels were not clinically significant; however, the patient's D-dimer level was 10.50 mg/L (normal range of 0-0.55 mg/L) and his platelet aggregation rate was 88.8% (normal range of 36-75%). In response, the warfarin dosage was increased and plavix (an antithrombotic) and atorvastatin (a statin) were added to the treatments. Through regular clinical checkups and improved drug therapy, the patient survived and is in a stable condition.
A second case was a 44-year-old patient with a 12-year history of BD, who was discovered to have an aortic arch pseudoaneurysm 8 months before admission to our hospital. The patient had experienced occasional chest pain and manifested a hoarse voice for about 2 weeks before diagnosis. The patient had not been receiving regular treatments, and the onset of erythema nodosum was accompanied by a C-reactive protein level of 16 mg/L, suggesting an active state of the disease. His D-dimer level was 2.15 mg/L and platelet aggregation rate was 91.3%. Computed tomography imaging coupled with aortography revealed a partial rupture on the right posterolateral wall of aortic arch and formation of a pseudoaneurysm [ Figure 1c- College of Cardiology and the American Heart Association established guidelines for management of peripheral arterial disease that included recommendations for management of abdominal aortic aneurysm. The guidelines gave a Class IIa recommendation for endovascular repair for patients at a high surgical risk and a Class IIb recommendation for endovascular repair (for which usefulness or efficacy is less well established by evidence or opinion) for patients at a low or average surgical risk. [3] For cases of aorta aneurysm or pseudoaneurysm occurring in patients with rheumatological diseases such as BD, there is agreement that it is important to control baseline inflammation before surgery. [4] Kwon et al. [3] reported surgical treatment results for abdominal aortic aneurysms in 12 BD patients for 21 procedures. Six patients received graft interpositions, six patients received patch closures, and one patient received a stent-graft insertion (one patient received a graft interposition and a patch closure for treatment of a double abdominal aortic aneurysms). Eight recurrent aneurysms were observed among six (50%) patients. Four stent-graft insertions, two patch closures, one graft interposition, and one exploratory thoracotomy were performed for these recurrent aneurysms. The overall recurrence rate for the 21 procedures was 38.1%: 14.3% for graft interpositions, 62.5% for patch closures, and 40% for stent-graft insertions. The authors noted that although resection and graft interposition are technically difficult in many cases, they should currently be considered as the procedures of choice for abdominal aortic aneurysms in BD. In the future, endovascular interventions might be considered first-line for treatment modality, but further long-term follow-up studies are still needed. [3] In conclusion, aorta aneurysms and pseudoaneurysms are life-threatening conditions for some BD patients. Based on the opposite outcomes for the two cases described in this report, we consider it prudent to recommend surgical intervention for aorta aneurysms or pseudoaneurysms for BD patients with controlled base-line inflammation. Failure to do so may lead to unacceptably high levels of morbidity and mortality. [3] Consultation with multiple medical disciplines is also highly recommended to assist in choosing the best therapeutic options for VBD patients.
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